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DearSir,
I
amJinAChoi,fromtheDepartmentofOphthalmology
ofSt.VincentHospitalofSuwon,Kyungki-do,South
Korea.Iwritetopresentacasereportofayoungfemale
treatedwiththediagnosisofPosner-Schlossmansyndrome
forseveralyears,inwhichshewasultimatelyprovedtohave
iridocornealendothelial(ICE)syndrome.
Posner-Schlossmansyndrome(PSsyndrome)is
characterizedbyrecurrentattacksofmildanterioruveitis
withmarkedelevationofintraocularpressure(IOP)
[1].The
exactetiologyofthissyndromeisnotfullyestablishedyet.
However,thepossibleroleofherpessimplexvirus(HSV)is
suggestedbyastudythatrevealedDNAevidenceofthe
virusinallaqueousspecimensofpatientsduringacute
attacksinPSsyndrome
[1,2].ICEisaspectrumofdiseasethat
displayscommonfeaturesofcornealendothelialabnormality
leadingtoperipheralanteriorsynechiae,irisatrophyor
nodules
[3].Usingthepolymerasechainreaction,HSVDNA
wasreportedtobepresentwithintheendotheliumofICE
syndromepatients,andHSV-mediatedinfectionofthe
cornealendotheliumwasfoundtotransformtheendothelial
cellstolosecontactinhibitionandtotransformintoan
epithelial-likecells
[4,5].
A27year-oldfemalevisitedourcliniccomplainingof
discomfortofherlefteye(LE)duetoacutelyraisedIOP
(36mmHg).Shedidnotreportanysystemicdisorders,and
familialdiseasessuchasglaucomaorcornealdystrophy
weredenied.Herbestcorrectedvisualacuity(BCVA)was
20/20inbotheyes.Slitlampexaminationshowed1+
anteriorchambercellswithsomefinekeraticprecipitates
(KPs)intheLE.Nospecificirisabnormalitieswerenoted,
and the posteriorsegmentwas also unremarkable.
Gonioscopyrevealedopen-anglewithoutanyperipheral
anteriorsynechiae.Standardachromaticautomatedperimetry
(SAP)usingaHumphreyvisualfieldanalyzer(CarlZeiss,
CA,USA)showednofielddefect.Therewasnoevidenceof
opticdiscabnormalityindicatingglaucomabyfundoscopy
(0.5:1cuptodiscratiowithanormalneuroretinalrim).
Topicaldexamethasoneandtimolol/dorzolamidewere
applied,andafter9d,herIOPbecamenormalizedandno
anteriorchamberreactionwasnoted.Shewasdiagnosedas
PSsyndrome,andshehad3to4timesofrelapse/yearsince
then.Twoyearslater,thefrequencyofrelapsehadincreased
toonceamonth,andanti-glaucomamedications(timolol/
dorzolamide,latanoprost,brimonidine)wereneededduring
thequiescentphase.
Fouryearslateraftertheinitialvisit,shepresentedwith
complaintsofblurredvisioninherLE.HerBCVAwas
20/20,andherIOPwas22mmHg.Nodefiniteevidenceof
glaucomatouschangesbyopticalcoherencetomography
(OCT)3.0(Zeiss-Humphrey,CA,USA)wasnoted.SAPof
theLEshowedgeneralizedreductionofsensitivitywithMD
of-4.85dB( <0.005).
Onslit-lampexamination,therewerenochangesinthe
corneaonlowmagnification.However,onhigh
magnification,finehammeredsilver-appearanceofentire
cornealendotheliumwasseen(Figure1).Specularmicroscopy
ofbotheyesdemonstratedICEcells-asignofdark-light
reversalaswellaspolymegathismandpleomorphism,which
wasmoreprominentinherLE(Figure2A,2B),with
significantlydecreasedendothelialcellcounts(543cells/mm
2)
comparedtotherighteye(RE) (2114cells/mm
2).The
pachymetryoftheLEwasincreased(617 滋m)comparedto
theRE(568 滋m).
After6mo,herBCVAwasdecreasedto20/25.Onspecular
microscopyoftheLE,theendothelialcellcountwas
unmeasurableduetocornealedemaandmoreprominent
dark-lightreversalcellswerefound (Figure2C,2D).The
cellcountsoftheREwasmaintainedas2252cells/mm
2.She
isonthewaitlistofpenetratingkeratoplastyoftheLE.
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Figure1Cornealphotographyusingtangentiallyappliedslitlampbeam Onlowmagnificationslitlampexamination,thecornea
showedsomefindkeraticprecipitates.Onhighmagnificationslitlampexamination,finehammeredsilver-appearanceofentirecorneal
endotheliumwasseen.
Figure2Specularmicroscopicappearanceofthepatientintherighteye (A)andthelefteye (B)andfollow-upexamination6
monthslaterintherighteye(C)andthelefteye(D) Specularmicroscopyofbotheyesdemonstratedsignofdark-lightreversalaswell
aspolymegathismandpleomorphism,whichwasmoreprominentinherlefteye.Onthefollow-upexamination,moreprominentdark-light
reversalcellscomparedtothepreviousexaminationwerefound.
Inthestudyof Set覿l覿 andVannas
[6] whoinvestigatedcorneal
endothelialcellsinthePSsyndrome,therewereno
morphologicalchangesintheendotheliumexceptadecrease
inendothelialcelldensityinthePSsyndrome.Inourcase
patient,thefollow-upspecularmicroscopyshowed
progressiveendothelialcelllosswithincreasedICEcells,
high pleomorphism,adecreaseinthepercentageof
hexagonalcells,andprogressivelyincreasedcorneal
thickness.Also,inprocessoftime,IOPwasnotcontrolled
welleveninthequiescentphase,whichgivesmoreweightto
thediagnosisofICEsyndrome.
Thediseasecomplex,whichincludesessentialirisatrophy,
Chandler'ssyndrome,andirisnevussyndrome,isusually
unilateral,non-familial,andtypicallyoccursinfemales
duringyoungadulthood
[3].However,ithasbeenreportedthat
subclinicalabnormalitiesofthecornealendotheliuminthe
felloweyearecommon
[7].Thepatientinthiscaseseemedto
haveChandler'ssyndromeamongthethreeclinicalvariants
of ICEsyndrome,becauseshereportednofamilial
inheritance ofthe ophthalmicdisease,andnoiris
abnormalitiessuchasnodulesoratrophywerefound.The
REofthepatienthaddemonstratedsimilarICEcells,which
suggestsubclinicalinvolvementofICEsyndromeintheRE.
TheICEsyndromeshouldbedistinguishedfromposterior
polymorphousdystrophyandFuchs'endothelialdystrophy.
Particularly,Fuchs'endothelialdystrophymayalsopresenta
hammeredsilverendothelialappearance.Althoughthecase
patientisnottypicalICEsyndrome,twoformerdiseasescan
385bedistinguishedfromICEsyndromebytheirfamilialorigin,
bilaterality,andlackoftypicalICEcells.Forthediagnosisin
thiscase,weusedthespecularmicroscopy,whichisan
invaluabletoolforconfirmatorydiagnosisintheICE
syndrome.However,incasesofcornealdecompensation,
confocalmicroscopycanprovideausefultoolforthe
diagnosisanddifferentialdiagnosisoftheICEsyndrome.
Asfarasweknow,thisisthefirstcasereportthatshowed
theconcurrenceofPSsyndromeandICEsyndromeinthe
sameeye.HSVissuggestedtoplayanimportantpartinthe
etiologyofthediseasesasmentionedabove
[1-2,4-5].
Furthermore,K 觟 hler
[8] hadbeensuggestedthatPSsyndrome,
heterochromiccyclitis,anterior-chambercleavagesyndrome
andICEsyndromeoftenproducesimilareffectsatthe
Descemetmembrane,theanteriorchamberangleandthe
iris.Becauseofthesamemesodermaloriginofthesetissues,
thediseasesmaybemerelydifferentclinicalexpressionsof
onemaindisease,whichmayexplaintheconcurrenceofPS
syndromeandICEsyndromeinthiscase.
Althoughthesetwodistinctclinicalmanifestationshave
similarpathogenesis,theprognosisisquitedifferent:ICE
syndromeisprogressiveanteriorsegmentdiseasethatis
quitechallengingtomanage,whereasinPSsyndrome,most
casescanbecontrolledwellwithcorticosteroidsand
anti-glaucomaagent.Therefore,thepossibilityofthe
concurrenceofthetwodiseasesneedstobeconsideredwhen
IOPisnotcontrolledwellwithconventional
anti-glaucomaticmedicationsinPSsyndrome.Furthermore,
detailedcornealevaluationshouldbeperformedevenin
patientswithtypicalfeaturesofPSsyndrome.
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